INTRODUCTION
Fibroids or leiomyoma's are benign smooth muscle neoplasms that typically originate from uterine myometrium. Leiomyoma occur more frequently in reproductive age group. Extra-uterine leiomyoma originate from smooth muscles and usually arise in the genitourinary tract (in the vulva, broad ligament, round ligament, ovaries, urethra, and urinary bladder) but may arise in nearly any anatomic site. 1 The round ligament extends from the uterus through the inguinal canal and terminates in the region of mons pubis and labia majora. It represents homolog of the gubernaculum testis. It has little to do with uterine support and is responsible for the descent of the ovary from the posterior abdominal wall to the uterus. 2 It is mainly composed of smooth muscle fibres, connective tissue, vessels, and nerves with a mesothelial coating. 3 There are only few case reports or case series available in literature, so the exact incidence is not known. 1 Majority of the fibroids are asymptomatic. However the common symptoms of fibroids are menstrual disturbances, dysmenorrhea, and pressure symptoms caused by the mass. Round ligament fibroids have been found in abdomen, inguinal canal, and vulva thereby causing diagnostic confusion. menstrual complaints. She had no history of bowel or bladder complaints. There was no history of weight loss, anorexia, or fever. Per abdomen examination on inspection abdomen was distended. Palpation revealed a mass of 26-28 weeks size gravid uterus. Mass was variegated in consistency, nontender, had a restricted mobility with irregular margins. The lower pole of swelling could not be reached. Mass appeared to be arising from pelvis.
On speculum examination, cervix and vagina were healthy with no abnormal discharge.
On vaginal examination, uterus was retroverted deviated to the left, appeared normal size, and adhered to the mass. Mass could be lifted up during per vaginal examination. Non-tender mass was felt in all the fornices, more through the right anterior fornix and was mobile. Clinically, provisional diagnosis of ovarian mass was kept and patient was investigated further.
Routine blood analysis was within normal limits. Hemoglobin-9.7 g/dl, TLC-6500 /cumm, serum creat-0.4 mg/dl. Urea-7.9 mg/dl, LFT-WNL. Hepatitis B surface antigen and HIV duo ultra were negative. Serum CA-125 (ovarian cancer antigen 125) value was 185.2 U/ml. C-Xray-suggestive of mild blunting of CP angle. Chest physician opinion was taken in view of x-ray changes. Patient was advised USG thorax and PFT which was found with in normal limits.
USG
Uterus and left ovary normal size. Large encapsulated complex multiloculated multicystic lesion arising from pelvis, possibly right ovary, ascending upto the level of pancreas and laterally upto flank. Septations are thick measuring 1.4 x 1.3 cm with nodularity within mural component noted with vascularity, S/O left ovarian malignant mass possibly seromucinous.
CT scan
Abdomen and pelvis plain and contrast. Solid cystic mass in right adenexa of size 21.5 x 20.7 x 13.6 cm possibly arising from right ovary involving uterus with possible adhesions? Involving urinary bladder and adjacent ileal loop? Left ureter involvement and bilateral hydronenphrosis with multiple pelvis lymphadenopathies with minimal ascites with omental spread. Possibility of exophytic ileal mass could not be ruled out.
The CECT appearance was typical of cystic ovarian neoplasm. Final diagnosis based on the CECT scan of abdomen and pelvis and CA-125 levels was right ovarian neoplasm. With a provisional diagnosis of malignant ovarian tumour, the patient was taken up for an exploratory laparotomy.
Intra-operatively, an abdomino-pelvic mass of size approximately 27 cm × 25 cm × 14 cm was seen with variable consistency and increased vascularity, at the insertion of round ligament. Mass was a large sessile fibroid arising from right round ligament measuring 27 cm x 25 cm x 14 cm with multiple cystic spaces. Largest being superior cystic mass measuring 14 cm x 12 cm, suggestive of cystic degeneration. Right sided round ligament was hypertrophied. Uterus, both sides fallopian tubes and ovaries were separately felt and seen. Uterus was enlarged around 8-10 weeks size. There was a small subserosal fibroid of 2 cm x 2 cm size in the fundus of uterus. Both side ovaries and fallopian tubes were normal. Total abdominal hysterectomy was done and fibroid was removed along with the uterus and right side fallopian tube. Aspirated ascitic fluid was sent for cytology. Post-operative course was uneventful. Suture removal was done on day 10. Patient was discharged on day 11.
Histopathology
The surgically resected specimen included a large nodular cystic mass measuring 27 cm × 24 cm × 14 cm, uterus and right sided fallopian tube. Nodular cystic mass weighed 6 kg. On histopathological examination, the cut section of the mass showed solid fleshy areas and cystic areas filled with haemorrhage. The uterus revealed a small subserosal fibroid and multiple small intramural fibroids. The largest one measured 2 cm × 2 cm and smallest 0.5 cm in diameter. Right fallopian tube was normal. Histopathology of the mass revealed interlacing bundles of smooth muscle cells, scattered thick-walled blood vessels, and evidence of cystic and hyaline degeneration. Histological features are suggestive of leiomyoma with areas of degeneration. Cervix showed a mild-to-moderate sub-epithelial lymphocytic infiltrate.
There was no evidence of dysplasia or malignancy. Endometrium was in proliferative phase with simple cystic hyperplasia. Myometrial section revealed multiple intramural myomas of size 0.5-1cm.
DISCUSSION
Leiomyoma of the round ligament of uterus are benign, solid tumors which are rarely seen and they originate from smooth muscle fibers. 6 And very few cases have been reported in literature. Approximately, one-half to two-thirds of leiomyomas occur in the extra-peritoneal portion of the round ligament and are more common on the right side for unknown reasons. 7 Each leiomyoma is derived from a single progenitor myocyte. Leiomyoma are estrogen and progesterone sensitive. 8 Hyperestogenic states are associated with growth and maintenance of leiomyoma. Recent research suggests that progesterone is the primary mitogen for tumor growth and that estrogen's role is to upregulate progesterone receptors. 8, 9 Both estrogen and progesterone receptors have been found in the round ligament. 10 Ozer Birge et al. reported a case of 28 year old nulligravida with dyspareunia and a mass in anterior vaginal wall, which was diagnosed after histopathology as vulvar leiomyoma. Author concluded that leiomyoma can occur in any tissue or organ containing smooth muscle, spontaneously or parasitically after the spreading effect of an accident or surgical trauma. The author emphasized clinician should keep leiomyoma as a possibility for the diagnosis in a tissue with smooth muscle content. Renter´ıa-Ruiz et al. reported a case of histopathologicaly revealed mesoectodermal leiomyoma located in the ciliary body in the right orbit, in a Mexican woman. When diagnostic workup suspected a solid mass resembling an adenoma. 12 Harish et al. published case of left inguinal leiomyoma in a postmenopausal woman with a history of total hysterectomy done for uterine leiomyoma 18 years back. Patient was operated with provisional diagnosis of left inguinal degenerated cystic mass. The histopathological workup revealed a benign fibroid originating from round ligament. The authors emphasized the possibility of a newly developing leiomyoma in patients already operated for myoma uteri and the importance of a careful diagnostic workup. 13 Nakamura et al described a patient who underwent bronchoscopical resection of a 14 mm tracheal tumor, for difficulty in swallowing. Pathological investigation of the mass revealed a leiomyoma. The authors warned against omitting leiomyoma from the differential diagnosis of tracheal tumors even if the prevalence was very low. 14 Leiomyomas occasionally occur with unusual growth patterns or in unusual locations that make their identification more challenging both clinically and radiologically. 1 For diagnosing leiomyoma most commonly used modality is sonography. On ultrasound leiomyoma shows a whorled pattern appearance with variable echogenicity, depending on the presence of degeneration and calcification. Four percent of fibroids undergo cystic degeneration with extensive edema forming cystic, fluidfilled spaces. In such cases, vessels bridging the mass and the myometrial tissue, termed bridging vessel sign are useful in diagnosing the case as leiomyoma. 10 The differential diagnosis for round ligament fibroids includes ovarian mass (both benign and malignant), broad ligament fibroid and lymphadenopathy. Transvaginal ultrasound is helpful in such cases, as it can better visualize the mass, separate from uterus and ovaries.
Magnetic resonance imaging (MRI) is usually the best diagnostic modality, as it can exactly locate the origin of mass and differentiate round ligament fibroids from ovarian mass and broad ligament mass. Typical MRI appearance of fibroid can differentiate a round ligament fibroid from solid ovarian tumor. But confusion can persist in presence of degenerative changes. Degeneration and necrosis occurs in leiomyoma occurs because of limited blood supply within these tumors. 8 Hyalinization is the most common type of degeneration occurring in 60% of cases. Cystic degeneration occurs in 4% of cases and is considered an extreme sequel of edema. 15 This ability of MRI to differentiate leiomyoma from solid malignant pelvic tumors is important because broad ligament leiomyomas are associated with pseudo-Meigs syndrome and produce an elevated CA-125 level that may clinically mimic that in metastatic ovarian carcinoma, thereby causing diagnostic confusion. 16 In present case patient presented with similar clinical picture (raised CA-125 level, Ascites and mimicking ovarian carcinoma). Typical leiomyomas demonstrate low to intermediate signal intensity on T1-weighted images and low signal intensity on T2-weighted images.
1 CA-125 is a high molecular weight glycoprotein expressed on the cell surface of some derivatives of coelomic epithelium. In 90% of malignant non-mucinous ovarian tumors CA-125 levels are elevated. However CA-125 level is not specific for ovarian carcinoma, it can also be raised in leiomyoma, endometritis, pelvic inflammatory disease, pregnancy and even menstruation. 17 Hence raised CA-125 level can be misleading in case large leiomyoma, especially in presence of degenerative changes.
Ultrasound-guided percutaneous biopsy of the mass can help in determining the exact histology of mass.
CONCLUSION
A large round ligament fibroid is a rare entity and can be easily mistaken for ovarian neoplasm on clinical examination. In presence of extensive degenerative changes, these histologically benign tumors, may mimic malignant ovarian tumors on imaging and can present as a diagnostic challenge. So a differential diagnosis of round ligament leiomyoma should be considered in cases of ovarian masses with normal uterus, in absence of symptoms like anorexia and cachexia. CA-125 is not very sensitive marker of ovarian carcinoma and can be misleading. Like broad ligament fibroids, round ligament fibroids can also present with pseudo-meig's syndrome and elevated CA-125 pointing towards metastatic ovarian carcinoma, thereby causing diagnostic confusion. USG guided percutaneous biopsy and MRI should be done before planning a surgery in such cases.
